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Congenital bilateral perisylvian syndrome (CBPS) is a recently described, neuronal migration disorder, characterized by 
pseudobulbar palsy, epilepsy and mental retardation and bilateral perisylvian dysplasia. A 15-year-old boy was diagnosed 
with CBPS according to the typical clinical, and magnetic resonance imaging (MRI) features. The patient was suffering from 
atypical absence seizures. repeating daily in spite of antiepileptic drug therapy, since age 7 years. He had also experienced rare 
generalized tonic-clonic seizures and complex partial seizures. Neurological examination showed severe restriction of tongue 
movements, severe dysarthria, dysphagia, facial diplegia, mild pyramidalsigns and moderate mental retardation. A computed 
tomographic (CT) scan demonstrated bilateral perisylvian enlargement. The diagnosis was corrected with MRI after six years. 
Frequent irregular generalized spike and wave abnormalities and focal sharp and slow waves over the posterior regions of 
both hemispheres were shown by electroencephalograms (EEG). The patient was treated with Na-Valproate, carbamazepine 
and lamotrigine but did now show any significant change in seizure frequency in the eight-year follow-up period. Intractable 
seizures, mental retardation and particularly congenital pseudobulbar palsy suggest this congenital entity. Those patients who 
exhibit these typically clinical features, must have MRI. 
Key words: congenital bilateral perisylvian syndrome; developmental abnormalities; developmental bilateral perisylvian dys- 
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INTRODUCTION CASE REPORT 
The development of the imaging techniques, partic- A 15-year-old left-handed boy with no family history 
ularly magnetic resonance imaging (MRI) has fa- of epilepsy and other neurologic disorders developed 
cilitated the recognition of neuronal migration dis- intractable seizures at the age of 7 years and was 
orders during life. In recent years a group of pa- admitted to our clinic. His mother had used some 
tients were described with a syndrome of a pecu- drugs (but she could not remember the exact names) 
liar oromotor incoordination resembling pseudobul- in the fourth month of pregnancy because of low- 
bar palsy, intractable seizures and developmental de- back pain. The birth was uncomplicated after full- 
lay whose MRI’s revealed bilateral perisylvian dys- term pregnancy. The patient had sucking, swallowing 
plasia ‘TV. This rare syndrome; consisting of specific and chewing difficulties from birth. Psychomotor de- 
clinical, imaging, electroencephalographic (EEG) and velopment was delayed; he walked after 18 months, 
epileptic features, was named ‘congenital bilateral talked only a couple of words at the age of 4 years. 
perisylvian syndrome’ (CBPS). We present the long- He experienced frequent febrile seizures between the 
term follow-up of a 15-year-old boy, who shares the second and fourth years of life. He could not go to 
characteristic features of these patients. regular school. 
*This work was presented as a poster at the 2nd European Congress of Epileptology (The Hague, the Netherlands, 1-5 September 1996). 
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Fig. 1: a, lctal EEG pattern of the patient recorded in 1988 (the patient was 7 years old) showing generalized, bilateral 
synchronous 2.5-3.5 second-t irregular spike/wave and polyspike/wave complexes associated with eye opening and a mild and 
short disturbance of consciousness. The onset was not abrupt. Indistinct fast rhythms were seen over the anterior regions. t 
indicate the clinical start of the seizure noticed by the technician. Note also sharp or spike and slow waves over the posterior 
regions, prominent on the right side which lasted for a long time before and after the seizure. 
The small boy had a cute face with prominent 
micrognathia and he sometimes drooled. Neurologi- 
cal examination showed severe dysarthria, dysphagia, 
facial diplegia, serious restriction of tongue move- 
ments, mild pyramidal signs (positive Babinski sign 
on the right, though the reflexes were diminished). 
The palate did not elevate adequately on phonation, 
but the gag reflex was preserved though diminished. 
Moderate mental retardation was evident (IQ = 52). 
His speech was very limited with normal comprehen- 
sion. 
At age 7, frequent atypical absence seizures oc- 
curred. They were characterized by a mild distur- 
bance of consciousness with head dropping and up- 
ward deviation of the eyes, lasting 3-10 seconds. 
They repeated two to five times daily. Infrequent gen- 
eralized tonic-clonic seizures started at the age of 
8 years. His absence seizures persisted daily in spite 
of antiepileptic drug treatment with Na-Valproate up 
to 2000 mg. Clonazepam 2 mg and ethosuximide 
750 mg were also tried in short episodes in the early 
years. In the later years, addition of carbamezepine 
1000 mg to Valproate because of the complex partial 
seizures gave no beneficial results. Lamotrigine was 
also added to the therapy up to 200 mg with mini- 
mal positive effect. He had experienced an episode 
of nonconvulsive status at the age 15 with a febrile 
illness as a precipitating cause. 
Cerebrospinal fluid examination was entirely nor- 
mal. 
Detailed neuropsychological evaluation demon- 
strated a marked nonfluent speech difficulty, moder- 
ate verbal memory deficit and prominent visiospatial 
deficits. 
In 1988 the ictal EEG (Fig. la) included general- 
ized, bilateral synchronous but irregular spike/wave 
and polyspikelwave complexes associated with eye 
opening and a mild and short disturbance of con- 
sciousness. Abnormalities were bilateral but asym- 
metrical and the onset was not abrupt; there was 
a marked focal epileptiform activity on the right 
temporo-parieto-occipital region, which lasted for a 
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Fig. 1: (Continued) b, EEG showing very frequent generalized bursts of bilateral synchronous sharp- and slow-wave discharges 
10 minutes after a seizure, recorded in 1994. 
long time before and after the seizure. A generalized 
type of EEG abnormality appeared also in the inter- 
ictal periods, lasting usually l-Second. At this age 
the background activity was within the lower limits 
of normal, but later the background activity showed 
slowing (Fig. lc). Interictal epileptiform abnormal- 
ities consisted of frequent bursts of bilaterally syn- 
chronous spike or sharp- and slow-wave discharges 
(Fig. lb) and/or infrequent focal sharp-and slow-wave 
discharges dominated on the right side (Fig. lc). In 
1996 EEG tracings did not show prominent general- 
ized type of abnormality as seen in the early years. 
(Compare Fig. la and b with c.) 
A computed tomographic (CT) scan showed bi- 
lateral enlarged sylvian fissures. Congenital bilateral 
perisylvian syndrome was diagnosed through MRI 
examination which showed bilateral malformation in 
the perisylvian region (Fig. 2a-c). The extent of the 
malformation showed a minor asymmetry, with a pos- 
terior extension on the left side (Fig. 2a). 
Motor- and sensory-nerve conduction velocities 
were normal. Brainstem auditory-evoked responses 
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Fig. 1: (Continued) c, lnterictal EEG carried out in 1996, demonstrating diffuse theta waves, intermixed with delta waves over the 
posterior regions. A sharp wave focus over the right midtemporal region was remarkable. Hyperventilation and photic stimulation 
did not influence the findings. This tracing did not show generalized-type abnormality as seen in the early years. (Compare a 
and b with c.) 
were also within normal range. Tibialis posterior 
nerve somatosensory-evoked potentials (SSEP) were 
recorded but median nerve N20/P23 potentials were 
absent bilaterally. 
DISCUSSION 
Graff-Radford described a clinical syndrome of fa- 
ciopharyngoglossomasticatory diplegia in identical 
twins in 1986 and they called it developmental 
Foix-Chavany-Marie Syndrome3. They observed a 
dysplastic appearance on the bilateral perisylvian 
cortex and hypothesized that polyrnicrogyria could 
be responsible for these unique images. Kuzniecky 
claimed that bilateral central sylvian and rolandic 
macrogyria caused this syndrome, based on MRI find- 
ings of their four cases’. Becker provided neuropatho- 
logical confirmation that this syndrome may be due 
to bilateral opercular polymicrogyria4. Guerrini also 
reported 10 cases who had mental retardation, pseu- 
dobulbar palsy and epilepsy5. Thirty-one cases from 
10 centres of North America and Europe were col- 
lected to describe the characteristics of this unique 
condition named CBPS2. Pseudobulbar signs, which 
are the main clinical characteristics, are caused ap- 
parently by the abnormalities of bilateral insular and 
opercular regions. Maturation of operculum and in- 
sula are completed at around 30 weeks gestation. Re- 
ports in the literature suggested that prenatal poten- 
tially harmful environmental events play a central role 
in the pathogenesis of neuronal migration disorder@. 
In our case the maternal ingestion of medication dur- 
ing the fourth month of the pregnancy was likely to 
be responsible for this developmental disorder. 
There was a history of frequent febrile seizures 
in our case. Kuzniecky also reported a patient with 
frequent febrile seizures’. In their report they em- 
phasized that the most frequent seizure types of the 
CBPS are atypical absence, atonic-tonic and general- 
ized tonic-clonic seizures and partial seizures, though 
rare, as in our case. The mean age of onset of epilepsy 
was 7.9 and they usually had an intractable course, 
compatible with our case. 
We were able to follow EEG changes over an 8- 
year period. In the early years irregular generalized 
discharges, with a relatively preserved background 
were the main abnormality. During the course, focal 
epilcptiforrn abnormalities predominated with slow- 
ing of the background activity. The clinical course 
was concordant with the EEG findings; the patient 
developed complex partial seizures later. The EEG 
changes could also be related to polytherapy in in- 
creasing quantity over the years. 
Our case had the correct diagnosis after 6 years, 
though the follow-up at the epileptology department 
was continuing even though the CT scan had demon- 
strated enlarged sylvian fissures. Only after the MRI 
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Fig 2: a, b, C :, Axial, sagittal and coronal MRI images show bilateral abnormal appearance localized in the perisylvian 
Not :e tt ie pa IS ;terior extension on the left side. 
regions 
Fig. 2: (Continued) 
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Fig. 2: (Continued) 
was carried out, could the specific diagnosis be 
reached. Magnetic resonance imaging of neuronal mi- 
gration anomalies is superior to CT in detecting such 
lesions. However, in the opercular region, macrogyria 
cannot be distinguished reliably from polymicrogyria 
on the basis of current imaging techniques. This syn- 
drome has only been confirmed on a pathological ba- 
sis in association with polymicrogyria2,4. The asym- 
metrical extension of the malformation in our case 
was also reported in 20% of the cases from the 
multicentre study*. They emphasized that those with 
asymmetrical lesions tended to have milder forms of 
dysarthria; but in our case dysarthria was severe de- 
spite the asymmetrical involvement. The real extent 
of neuronal migration anomalies could only be de- 
tected with pathological methods, although MRI rev- 
olutionized their recognition. In our case bilateral me- 
dian nerve N20/P23 potentials could not be recorded 
despite many attempts. We interpreted these findings 
as a result of abnormal organization of the sensory 
cortex. Intractable seizures, mental retardation and 
identification of the pseudobulbar signs suggest the 
diagnosis of CBPS. The tentative diagnosis, can be 
confirmed by MRI. 
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